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Of r e n a l b i o p s i e s from 300 c h i l d r e n w i t h i d i o p a t h i c nephrot i c syndrome (INS), 32 showed h i s t o l o g i c a l l e s i o n s o f f o c a l glom e r u l a r s c l e r o s i s .

From t h i s l a t t e r group, 25 had segmental and f o c a l h y a l i n o s i s (FSH) w i t h o r w i t h o u t mesangial h y p e r c e l l u l a r it y , and 7 f o c a l g l o m e r u l a r o b s o l e s c e n c e (FGO).
The o v e r a l l outcome a f t e r a mean o b s e r v a t i o n o f 7 y e a r s (0.5-18) was a s f o l l o w s : 11 p a t i e n t s (34%) were i n complete r e m i s s i o n , 1 2 (38%) had p e r s i s t e n t p r o t e i n u r i a a n d / o r r e c u r r e n t n e p h r o t i c syndrome, 6 (19%) were i n c h r o n i c r e n a l f a i l u r e and 3 p a t i e n t s (92) d i e d from non r e n a l d i s e a s e . P a t i e n t s w i t h FGO had a lower i n c i d e n c e o f h e m a t u r i a , h y p e r t e n s i o n and t u b u l a r d e f e c t s , a b e t t e r r e s p o n s e t o s t e r o i d and cyclophosphamide t h e r a p y and a b e t t e r o v e r a l l outcome. These r e s u l t s a r e s i m i l a r t o t h o s e r e p o r t e d by Habib and Gubler (Ped. Nephrology, Ed. Rubin and B a r r a t t , p . 499-515) and i n d i c a t e a more f a v o r a b l e outcome t h a n t h a t r e p o r t e d by Cameron e t a l . ( C l i n . Nephrol. 6:213, 1978) . A p r o g r e s s i v e d e c r e a s e i n GPR wan obscrvcd i n some p n t i c n t s w i t h p e r e i n t i n g p r o t e i n u r i a o r r e c u r r i n g n e p h r o s i s i n d i c a t i n g t h a t u l t i m a t e outcome o f FGS i n c h i l d r e n c a n n o t be e s t a b l i s h e d from p e d i a t r i c a g e p o p u l a t i o n s t u d i e s . Preliminary results indicate that ADP may retard progression early but the effect is lost by 3-5 yrs. The trial is continuing because of the small numbers of patients followed past 2 yrs.
MEMBRANOPROLIFERATIVE GLOMERULONEPHRITIS
(MPGN)
THE STUIIY ON RELAPSE OF lDIOPATHIC NEI'IIRCTIC SYN1)RCME IN CII1LI)REN S a k a i , K., Asami, T. and Tomizawa, S . , Department o f N i i g a t a U n i v e r s i t y .School o f Medicine, N l~g a t a -s h i , N i i g a t a -k e n , Japan
One o f t h e maln s u b j e c t s o f i d i o p a t h~c n e p h r o t~r syndrome i n r h l l d r e n today i s p r e d~c t i~m and p r r v r n t i o n o f r e l a p s e . I n t h~s s t u d y , we p r e d i c t e d r e l a p s e s o f i d~o p a t h~c n e p h r o t i c syndrome immunnlogically.
Detection of i n h i b i t o r y f a c t o r s f o r Cnn-A induced l y m p h o h l a s t o g e n e s~s i n t h e n e p h r o t~c plasma was c a r r i e d o u t , and t h e f a c t o r s were e x p r e s s e d a s ~n h i b i t~o n index. In r e m i s s i o n , t h e i n h~b i t o r y f a c t o r s seemed t o d l s
t e i n a t more t h a n 6 x 1 0~ molt,rular w e i g h t , and t h e o t h e r s a r e mu t~f a c t o r s w i t h 3 -3 7x10~ ~n m o l e c u l a r w e~g h t and p e p t i d e a t 6x10 m o l e c u l a r weight.
We b e l i e v e t h e i n h i b i t o r y f a c t o r s e x~s t ~n n e p h r o t i c s e r a a t t h e o n s e t a s w e l l a s i n r e l a p s e .
P r e d i c t i o n o f t h e r e l a p s e i s p o s s i b l e 2 t o 4 weeks p r l o r t o a c t u a l r e l a p s e . P r e v e n t i v e
t h e r a p l c s c a n be a p p l l e d s u c c e s s f u l l y .
LONG-TERM STUDY OF STEROID SENSITIVE NEPHROSIS (SSN).
143 KLEINKNECHT C . , BROYER M . , JARDE O . , GUILLOT M . H6pi-t a l d e s Enfants-Malades, P a r i s , F r a n c e . 312 c h i l d r e n w i t h SSN were followed f o r 2 t o 24 y e a r s ( y ) . Age a t o n s e t was under 1 i n 8 who n e v e r r e l a p s e d o v e r 2 t o 14y, and between 1 and 8y i n 80 $ o f c a s e s . 77 c h i l d r e n were u n s e l e c t e d : o f them, 32 ( 4 2 $ 1 never r e l a p s e
d , 8 r e c o v e r e d a f t e r 1 o r 3 r e l a ps e s , 36 were s t e r o i d ( S ) dependent ( D ) . Among t h e 312 c h i l d r e n r ep r e s e n t i n g a h i g h l y s e l e c t e d s e r i e s , 4 c h i l d r e n d i e d from complic a t i o n s and 8 developed r e n a l f a i l u r e (RF) : f i v e were SD f o r high d o s e s , remained u n t r e a t e d and n e p h r o t i c s f o r a t l e a s t 15y : 3 r e ached t e r m i n a l RF (TRF), 19, 20 and 21y a f t e r o n s e t . T h r e e c h i l d r e n w i t h i n i t i a l l y SSN became r e s i s t a n t and were r e f e r r e d f o r TRF 2 , 5
and by a f t e r o n s e t . The 300 o t h e r p a t i e n t s had normal r e n a l funct i o n a f t e r 5 t o 10y i n 118, 10 t o 15y i n 5 1 , 15 t o 24y i n 23. 62 p a t i e n t s n e v e r r e l a p s e d , 24 r e c o v e r e d a f t e r 1 t o 3 r e l a p s e s , and 214 were SD. Of t h e l a t t e r , 104 r e c e i v e d immunosuppressants ( I S ) r e s u l t i n g i n prolonged r e m i s s i o n i n 74. I n t e r r u p t e d o r a l t e r n a t e day S t h e r a p y was used f o r r e s p e c t i v e l y 1 t o 7y i n 38 c h i l d r e n , and 1 t o by i n 35. The l a t t e r allowed a good c o n t r o l o f t h e d is e a s e w i t h l i t t l e t o x i c i t y and normal g r o w t h . I n SD, t h e r a p y could he di:;continued w i t h o u t IS i n 26 c h i l d r e n n f t , e r ? t o 5 y , i n 15 a ft e r 5 t o 10y, between 10 and 20y i n 13, and remained n e c e s s a r y aft e r 10 t o 18y i n 17 c h i l d r e n , a l l o f them w i t h normal r e n a l funct i o n . The high i n c i d e n c e of a s i n g l e a t t a c k i n u n s e l e c t e d s e r i e s , t h e u n p r e d i c t a b l e d u r a t i o n of d i s e a s e i n SD p a t i e n t s , t h e p o s s i b il i t y of poor outcome i n u n t r e a t e d p a t i e n t s and t h e good p r o g n o s i s i n t h e o t h e r s maybe s t r e s s e d o u t . Serum C o n c e n t r a t i o n o f P r e d n i s o l o n e i n C h i l d r e n w i t h
[Purpose] R e c e n t l y p r e d n i s o l o n e h a s been used c l i n i c a l l y f o r t h e t h e r a p y i n c h i l d r e n w i t h n e p h r o t i c syndrome.
But l i t t l e i n f o rmation was a v a i l a b l e a b o u t t h e s t u d y o f t h e a b s o r p t i o n a n d e x c r et i o n o f p r e d n i s o l o n e i n t h e n e p h r o t i c syndrome.
So we i n v e n t e d new e a s y radioimmunoassayiRIA) f o r p r e d n i s o l o n e , and measured t h e serum c o n c e n t r a t i o n o f p r e d n i s o l o n e i n c h i l d r e n w i t h nephr o t i c syndrome.
[Methods] Three r a b b i t s were i n j e c t e d w i t h p r e d n i s o l o n e 21-BSA h a p t e n a n d F r e u n d ' s a d j u v a n t .
The r a b b i t s e r u m ( a n t i -p r e d n i s o l o n e a n t i b o d y ) a n d g o a t a n t i -r a b b i t szmma g l o b u l i n was used f o r R I A by d o u b l e a n t i b o d y t e c h n i q u e .
By h e a ti n g unknown serum i n 7 0°C f o r 30 m i n u t e s , t h e n a t i v e p r e d n i s o l o n e b i n d i n g p r o t e i n was d e n a t u r e d , and i t was p o s s i b l e t o a n a l y z e p r e d n i s o l o n e i n u n e x t r a c t e d and n o n d i l u t e d serum.
Twenty c h i ld r e n w i t h i d i o p a t h i c n e p h r o t i c syndrome were a d m i n i s t e r e d o r a l l y p r e d n i s o l o n e s e v e r a l times. The q u a n t i t y o f p r e d n i s o l o n e was e q u a l i n t h e e a c h p a t i e n t .
The serum c o n c e n t r a t i o n o f p r e d n is o l o n e was measured s e r i a l l y .
[ R e s u l t s a n d D i s c u s s i o n ] T h i s R I A was c a p a b l e of d e t e c t i n g 50 picoyrams o f p r e d n i s o l o n e i n 5 0 p 1 of u n d i l u t e d serum. The peak c o n c e n t r a t i o n o f p r e d n i s o l o n e i n p a t i e n t s had a tendency t o i n c r e a s e g r a d u a l l y w i t h t h e d e c r e a s e o f t h e u r i n e p r o t e i n .
The tendency had l i t t l e c o r r e l a t i o n w i t h t h e change o f t h e t o t a l p r o t e i n i n serum.
